HE PATHOGENESIS of the syndrome "primary pulmonary arterial hyper--tension has been the subject of inereasing interest in recent years. 12 The syndrome is characterized by pulmonary arterial hypertension in the absence of significant primary pulmonary parenchymatous disease or primary cardiac disorder. The hypertension has usually been attributed to pulmonary vascular lesions, which increase the resistance to blood flow through the lesser circulation. In most cases the most striking vascular change has been proliferation of endothelial cells and fibrous tissue in the intima of small pulmonary arteries. In a few individuals pulmonary arterial thrombi have been numerous, suggesting that the sclerotic process may have been the consequence of recurrent emboli. [1] [2] [3] [4] [5] In many other cases the most prominent vascular alteration has been an acute or healing arteritiS.l, 6, [10] [11] [12] In some of these instances it has been difficult to determine whether the arteritis preceded the hypertension or was its consequence.6" 13 In any case, the final sclerotic lesions give few indications of their origin, the healed lesions of arteritis often being indistinguishable from those that follow enibolism or other forms of trauma to the pulmonary arteries.14' 16 The syndrome of " primary" pulmonary hypertension may well have a diverse etiology.
"Primary" pulmonary hypertension has rarely been related to other disorders. Only 3 examples of an association between "primary" pulmonary arterial hypertension and portal venous hypertension have been reported. '7-19 In one, recurrent pulmonary emboli arose from a spontaneously developing From the Department of Pathology, The University of Vermont College of Medicine, Burlington, Vt. 376 portocaval shunt in a patient with portal hypertension. '7 In another, multiple pulmonary arteriovenous fistulas were discovered in an individual with juvenile cirrhosis. '8 In the third, pulmonary hypertension was unex- plained. 19 The current study deals with pulmonary and portal vascular changes in 6 patients who had evidelnce of both pulmonary and portal hypertension. Anatomic findings suggest that the association of these 2 types of hypertension may have been more than coincidental.
Methods
Cases of coexisting portal and pulmonary hypertension were selected in which there was no evidence of significant primary pulmonary or cardiac disease. Studies were undertaken of the pulmonary and portal vessels. Tissue blocks from all lobes of the lungs were serially sectioned and stained with Verhoeff and Van Gieson stains. In 1 case (no. 6) the pulmonary arteries were injected with a colored gelatin preparation. In each ease the portal vein and as many of its collateral channels as possible were studied by multiple sections. Subjects Case 1 This 42-year-old man (DH 183265) was admitted with right chest pain and hemoptysis. He had felt "rundown" for several years and had several episodes of pleuritic type pain, the last a year before death. The day before admission he :3-77 Figure 2 of1 the oirt ry to the t'iyht is thiroobost 4. lit1 'moato' til iii tosio stow.
(li/k /of these distIll1 -irtC'-its xx aCs /ofte/ //tro/phii(. One of these also had thrombosis of esophageal varices. These thrombi may have been the site of origin for pulmonary emboli. Other possible causes of the pulmonary vascular lesions are also discussed. In one case, there was a severe necrotizing arteritis in the pulmonary arterial tree.
